Design-Advances in neuroimaging have allowed correlations between radiological patterns and clinical features of brain malformations. This paper reports clinical, prognosis, and electroencephalographic features of six children with a previously unrecognised neuroimaging picture of unilateral widening and verticalisation of the sylvian fossa associated with an abnormal ipsilateral perisylvian cortex.
Advances in neuroimaging and especially in MRI have allowed the recognition of diffuse as well as localised disorganisation of cortical architecture. Correlations between radiological patterns and clinical features have led to better characterisation of disorders such as bilateral perisylvian syndrome,' 2"double cortex" syndrome,'4 classic agyria-pachygyria, and atypical lissencephaly.' In patient 3, a chromosome study showed 46 XX inv 9 (p11; ql3). were unilateral, except in patient 5, who had enlargement of the left temporal horn with a maldeveloped, vertically oriented hippocampus (fig 2A) . 
of brain malformations referred to as "schizencephaly", "focal gyral anomalies", "unilateral opercular neuronal migration disorder", or "porencephaly"'.8 3 From these studies, we selected 13 The unilateral perisylvian dysplasia described here could correspond to the unilateral counterpart of the "bilateral perisylvian syndrome".' In this disorder the radiological features are very similar but the bilateral lesions lead to a special clinical picture dominated by suprabulbar signs and more severe mental retardation and epilepsy. Septo-optic dysplasia seems to be more frequent in unilateral perisylvian dysplasia. Some cases of bilateral perisylvian dysplasia so far reported were clearly asymmetric,' suggesting a continuum between the two syndromes. In our experience however, clearly unilateral cases have been as numerous as bilateral cases, thus the relative incidence of both syndromes is probably more balanced than previously thought.
Unilateral perisylvian dysplasia seems different from other defects of the cerebral mantle such as those termed porencephaly according to Herschtl,"' 5or schizencephaly according to Yakovlev and Wadsworth. 16 1' Both terms correspond to hemispheric clefts or cavities of developmental origin that extend through the full depth of the hemispheric mantle from the ventricle to the subarachnoid space. Such defects are of large size or of small size, either spanning the whole cerebral mantle or separated from the ventricle by a thin layer of tissue with a virtual cleft, the two walls of the lesion being apposed to form a pia-arachnoid seam.'6 1 ' The central region is the most typical location of the cleft but the frontal or any other region can be involved as well. '4 In the central region, differentiating a true porencephalic cleft from a deeply enlarged and dysplasic sylvian fossa would be an academic exercise, as the anatomical rearrangements are mainly dependent on the severity and precocity of the pathological process. Moreover, the abnormal anatomical morphology of the adjacent cortex, mostly corresponding to polymicrogyria and neuronal depopulation, appears very similar in both classic porencephaly and perisylvian dysplasia.' 14 Other lesions such as thalamic hypoplasia and septal agenesis also appear often in classic porencephaly.' "4 '' On the other hand, alterations in gyral development, indicated by abnormal cortical ribbon on imaging, distinguish perisylvian dysplasia from encephaloclastic lesions originating during the terminal phase of pregnancy or during postnatal life such as perinatal stroke or cystic lesion from perinatal haematoma, which destroy cortical tissue without altering gyral development.
Cause and timing of the pathological mechanisms leading to hemispheric clefts or to perisylvian dysplasia remain controversial. Previous major hypotheses were either a localised disturbance of neuronal proliferation or migration,'6 17 or a destructive process occurring during the last stage or after completion of migration-that is, between the third and sixth month of gestation. ' Gerstmann's syndrome
In the 19th century, there flourished the concept of localising organic function to discrete areas or "centres" in the brain. It was extended to attempts to provide accurate localisation for the more problematical higher cortical and psychological dysfunctions. Of many such syndromes described at the turn of the 20th century, the syndrome of Gerstmann is a good and oft cited example: "The subject of this paper .. I first described several years ago (1924)' under the name of 'finger agnosia'. It manifests itself as an isolated disturbance in the recognition, naming, choosing, and differential exhibition of the various fingers of both hands-one's own fingers as well as those of another person.... Furthermore, I will discuss the association that I noted between this symptom and a disturbance in right-left orientation (in one's own as well as in another's body), agraphia and acalculia.
... in some it existed as an independent condition from the beginning, while in others-though seldom it was a residual syndrome after regression of a more complex deficit.
... In its selective form ... aphasia, apraxia, agnosia have been lacking. Furthermore, the other signs that have sometimes been associated with the syndrome (such as right hemianopsia, diminution of opticokinetic nystagmus, amnestic disturbance of word-finding, impairment in reading ability,...) can be characterised as neighbouring or bordering symptoms because of their variable appearance and mildness. The phenomenon of finger agnosia itself always appeared as an essential disturbance of recognition and orientation.
... It has become evident that the syndrome of finger agnosia, agraphia etc can be related to a focal disturbance in the area of transition between the angular and second occipital convolution.... the syndrome is caused by a unilateral lesion in the left hemisphere in right-handed individuals."2 Gerstmann referred to corroborative cases of Potzl and Herrmann, Schilder, Kroll, and Lange; the syndrome found acceptance in the contemporary corpus of neurological teaching, but was later seriously challenged.
The entity proclaimed by Gerstmann has been seriously arraigned, notably by Critchley in a classic and critical review.' He demurred at the idea of an autonomous, independent syndrome, and at its alleged localising value. Benton too, harshly but probably justly, regarded it: "an artifact of defective and biased observation having little support for its alleged focal diagnostic significance."4 Further, the description was not original: Anton (1899) and Hartmann (1902) described similar cases (though with bilateral pathology and therefore not strictly comparable). Critchley assigned priority to Jules Badal, ophthalmologist in Bordeaux, who in 1888 accurately reported the essential features in a patient named Valerie, suffering the posteclamptic state. ' Josef Gerstmann (1887 Gerstmann ( -1969 of Vienna was a pupil of the Nobel prize winner Wagner von Jauregg; he became professor of neurology and psychiatry and director at the Maria-Thereisen-Schlossel. He fled the oncoming Nazi regime in 1938, but continued his work in the United States and wrote several papers on the variation of symptoms, pathology, and the localising value of his syndrome.
